Medulloepithelioma is usually unilateral and arises from the nonpigmented epithelium of the ciliary body and rarely from the optic nerve. They generally occur in the first decade of life and present as a fleshy pink tan mass. We report here a familial cancer predisposition syndrome, which is not well documented in the ophthalmology literature.
Case report At the second postoperative month, she had a visual acuity of 20/80 with aphakic glasses and her retina was attached. There was no evidence of recurrence 6 months postoperatively. Initial genetic testing was inconclusive for the DICER1 gene mutation and the sample is being preserved for future study.
Comment DICER1 gene (OMIM 601200) is a member of the ribonuclease III family and is inherited as an autosomal dominant trait with cytogenetic location 14q32.13. 1 The reported tumors with DICER1 syndrome are described in Table 1 . 2 Priest et al 3 reported four patients with medulloepithelioma and pleuropulmonary blastoma, which possibly indicated DICER1 syndrome. Previous reports of local resection for medulloepithelioma have shown poor response with recurrence necessitating enucleation. 4, 5 The role of chemotherapy and radiation therapy in patients with medulloepithelioma has not been well documented. Our patient showed no evidence of recurrent disease at last follow-up 6 months following surgical resection, but is being followed up closely. 
